A 55-year old male with homozygous familial hypercholesterolemia is described. His plasma cholesterol concentration was 540mg/dl. His parents of a consaguineous marriage, brothers and a sister also had mild hypercholesterolemia. Tendinous and tuberous xanthomas had appeared since he was 10-year old. Recently angina pectoris on efforts turned out and an electrocardiogram showed myocardial ischemic damage. A coronary angiogram revealed diffuse coronary arterial narrowing, although it has been reported that strictures are commonly seen in the proximal portions of the coronary arteries but the distal vessels are remarkably free of disease in familial hypercholes- 
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